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Aortoesophageal fistula (AEF) is a rare cause ofupper gastrointestinal bleeding. Most cases areidentified postmortem after an exsanguinating hem-orrhage. We report a case of massive hematemesis
caused by a ruptured mycotic aneurysm (MA) in a child with
undiagnosed coarctation of the aorta, which was managed suc-
cessfully. To our knowledge this is the first reported successful
outcome of a ruptured MA in a de novo coarctation causing
AEF in a child.
Clinical Summary
An 11-year-old boy presented with a 1-week history of fever,
hematuria, and painful rash on the feet (Figure 1). He was provi-
sionally treated for acute glomerulonephritis. Soon after admis-
sion, the boy demonstrated a massive hematemesis of 2 L and
cardiac arrest. He was promptly resuscitated. His chest x-ray film
showed deviation of the Ryles tube, indicative of a mediastinal
mass (Figure 2, A). Endoscopy revealed a large clot in the upper
third of the esophagus. Computed tomography of the thorax
showed a hematoma around the midthoracic aorta (Figure 2, B).
He was transferred to our hospital. Aortic MA with AEF and a
patent ductus or coarctation were considered; however, absent
femoral pulses indicated the latter.
Urgent surgery was performed through a clamshell incision.
Cardiopulmonary bypass was established through right atrial and
ascending aorta cannulation. The patient was cooled to 18°C.
Clamps were placed on the aorta proximally and distally to the
inflammatory mass. The infected aorta was incised vertically. A
juxtaductal coarctation was noted with a 5-mm lumen, and imme-
diately distal to this area a 4  4-cm false aneurysm was present
with extensive clot and pus. There was a 2.5-cm vertical commu-
nication into the esophagus. The coarctation segment and infected
aortic segment were resected, and a 14-mm polytetrafluoroethyl- ene (Gore-Tex, WL Gore and Associates, Newark, NJ) interposi-
tion graft was used.
The esophageal perforation was closed directly, and the omen-
tum was wrapped around it and the graft. The patient had a
supportive stamm gastrostomy.
Blood cultures grew a sensitive Staphylococcus aureus. The
patient recovered and was discharged from the hospital after 4
weeks. Intravenous antibiotics were continued for a further 6
weeks and oral antibiotics thereafter. At the 8-month follow-up, he
was well.
Discussion
Infective endocarditis as a complication of coarctation of the aorta,
causing aortic endarteritis, and thus MA, is rare in the present era.
More common causes of aortic endarteritis in children include
iatrogenic umbilical artery catheter sepsis (35 cases reported) and
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Figure 1. Petechial hemorrhages (A) and splinter hemorrhages
(B) secondary to septic embolus.
Figure 2. A, Chest x-ray film showing rightward deviation of the
Ryles tube with widened mediastinum. B, Coronal section of the
computed tomography of the chest showing a large hematoma
with a thin rim of contrast.
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complications of surgery for congenital anomalies, especially after
patch repair of coarctation aorta.1
In the natural history of aortic coarctation, aortic endarteritis
was responsible for approximately 20% of deaths in the presurgi-
cal era.2 A literature search revealed 26 reported cases of MA in
patients with coarctation between 1965 and 2005. Of these, 1 child
died of AEF.3
The high-velocity blood jet initiates the endothelial trauma that
encourages microbial adhesion and thus vegetations distal to the
site of coarctation (as seen on the pulmonary artery opposite the jet
from a patent ductus).2
Although AEF was first reported in 1818, and Chiari’s triad of
midthoracic pain, sentinel arterial hemorrhage, hematemesis, and
finally exsanguination after a symptom-free interval was described
in 1914, the diagnosis is rarely made before death, and before 1983
no one survived surgery.3
No child with AEF survived medical management, and there
are only 8 reported survivors after surgery. Five cases were sec-
ondary to congenital vascular rings with prolonged nasogastric
intubation, and 3 cases were secondary to foreign body aspiration.4
The AEF occurs as the result of chronic pressure causing erosion
and ischemic necrosis of the esophagus.
The management of AEF in children is challenging. The noto-
riously poor wound healing of the esophagus makes the repair
more difficult. We believe that extensive debridement of all in-
fected tissues, antibiotic irrigation, and careful anastomosis of the
esophagus and omentopexy helped in the recovery of our patient.
Children with MA commonly grow Gram-positive organisms
(Staphylococcus) in 86% of cases, Gram-negative organisms
(Escherichia coli, Pseudomonas, Klebsiella) in 21% of cases, and
fungi in 3% of cases.1
With no guidelines for antibiotic therapy in children and in
view of the consequences of reinfection, we recommend continu-
ing the antibiotics for an indefinite period. Chan and colleagues5
recommend lifelong antibiotic coverage in adults with MA, and
they reported recurrence in 2 patients who discontinued antibiotics.
Conclusions
Aortic endarteritis subsequent to coarctation of aorta is a devas-
tating complication. This case demonstrates that with prompt re-
suscitation, a high index of suspicion, expeditious surgery, and
multidisciplinary postoperative care, some patients can survive.
The duration of antibiotic therapy remains a dilemma. These
patients require lifelong follow-up.
We acknowledge Mr. Daminda Weerasinghe for the photo-
graphs.
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